Desmoid tumor of the breast is an extremely rare entity. Histologically, it corresponds to a benign fibroblastic proliferation of a local evolution, with a high recurrence potential. We report the first case of elderly woman presented with desmoid-tumor of the breast as a manifestation of Gardner's syndrome. A brief literature review was provided. We report the case of a 72-year-old woman who presented with five months history of painful and an exophytic mass of her left breast. She is known to have familial polyposis and had a total colectomy with Gardner's syndrome. She had a history of osteomas of the maxilla. On clinical examination, there was an exophytic painless mass, on the upper medial quadrant of the breast. She had also lipoma in the left leg and pigmented skin lesions in legs. Her mammograms showed a suspicious stellar image. A computed tomography scan showed an ovoid lesion. Excision of the lesion was performed. Histopathology confirms a desmoid-tumor of the breast. Evolution was marked by lesion recurrence. In conclusion, desmoid tumor of the breast is rare, non-metastatic but locally aggressive. Clinical expression is often nonspecific. Treatment remains controversial; surgical excision is the treatment of choice.
Introduction
Desmoid tumors (DT) are rare, characterized by local malignancy with a high How to cite this paper: Zoukar, O., Khaskhoussy, A., Hammami, S., Zribi, S., Hajjajji, A., Haddad, A. and Faleh, R. tendency to recur. It is a monoclonal myofibroblastic proliferation producing abundant hyalinized collagen tissue desmoid-type. It is often poorly limited and invades surrounding tissues, making it difficult to remove. The risk of recurrence after excision surgery is very variable according to the studies, which makes the choice of their optimal treatment difficult. The desmoid-tumor has no metastatic potential.
It develops preferentially in the rectus abdominis muscle after an operation or a pregnancy, but can also develop on the limbs, in the neck or at the mesentery.
These tumors are usually located in the abdomen or in the abdominal wall, sometimes they are extra-abdominal [1] . DT of the breast is extremely rare, the incidence is <0.2% of primary breast neoplasm. Its occurrence is more frequent and common in young women. Genetic factors in addition to trauma and hormonal factors are the primary known etiologies [2] . In Gardner's syndrome, the incidence ranges from 4% -17% [3] .
We presented a rare case in the elderly woman, to discuss the diagnosis and management of a patient with DT as a manifestation of Gardner's syndrome.
Case Presentation
A 72-year-old woman presented with a five-month history of breast pain with an exophytic mass of her left breast. She is a smoker and non-obese woman. She is known to have familial polyposis. At the age of 30, she had a subtotal colectomy.
At the age of 48, she had rectal resection with ileoanal anastomosis for polyps' recurrence on that remaining digestive tube. Besides, she had a history of dental abnormalities with supernumerary and impacted teeth. At the age of 35, she had an osteoma of the left maxilla removed at the Department of oral and maxillofacial surgery.
Her physical examination revealed a small breast. On the upper medial quadrant of the left breast, there was an exophytic painless mass, resulting in a visible arch in profile with no skin adhesion, no nipple discharge, and no lympha- 
Discussion
Our patient presented a Gardner's syndrome (GS). She initially presented with polyposis of the colon and had a subtotal colectomy, this was followed by the recurrence of digestive polyposis followed by rectal resection with ileoanal anastomosis. Also, She had a history of dental abnormalities and osteomas of the maxilla confirming the diagnosis of GS.
Gardner's syndrome is a rare autosomal dominant inherited disorder reported initially by Gardner in 1951 and characterized by the triad of colonic polyposis, multiple osteomas and mesenchymal tumors of the skin and soft tissues (epidermoid cysts, lipomas, ...) [4] . The syndrome may present at any age. Symptoms are most of the time evident by the 20 th year of age; this is the first case in elderly woman. It represents a multisystemic disease with a variety of symptoms and often diagnosis is delayed. Usually, the cutaneous and bone abnormalities manifest earlier than polyposis [5] . However, in our case, the polyps were diagnosed five years before the extracolonic manifestations. The majority of tumors in patients with GS present intra-abdominally. The incidence of mammary desmoid tumors in GS is extremely rare 4%, the incidence of desmoid tumor of the breast is less than 0.2% of primary breast neoplasms [4] . Our patient with the history of recto-colic polyposis, presented at the age of 72 with an exophytic painless mass in the left breast. Histological evaluation of the surgical specimens leads to the diagnosis of breast fibromatosis.
Breast fibromatosis is a benign breast tumor, but it is clinical, mammographic and ultrasound presentation is often very suspicious. The etiology of breast fibromatosis is most of the time unknown, the risk factors reported include silicone implants, surgical trauma as well as in association with GS [1] . In this present case, the tumor is associated with Gardner's syndrome. In this group, an alteration of the β-catenin pathway is considered to be the cause of the disease [1] . To our knowledge, this is the first case report in the literature of Gardner's syndrome associated with a fibromatous tumor of the breast in the elderly woman.
Clinically, mammary fibromatosis is a firm, painless, unilateral nodule, poorly circumscribed, of variable size, more often peripheral than peri-areolar, sometimes associated with a cutaneous retraction [1] . This lesion can be painful especially when it infiltrates the deep planes. Our patient showed no skin retraction. Large core biopsy is not always successful in the differential diagnosis of a tumor of mesenchymal origin [11] . A diagnosis can be made from the microscopic exam after surgery. Macroscopically, fibromatosis may be poorly circumscribed, firm, white-gray lesion of variable size. Histological examination usually reveals the presence of bundles of long sweeping and characteristic spindle cells with regular nuclei surrounded by varying amounts of collagen [7] [12] [13] .
The immunohistochemistry exam shows positivity for β-catenin in 70% of cases [7] . In the present case, the follow-up at 2 years showed the recurrence of the lesion.
A mastectomy followed by reconstruction can be proposed for forms with multiple recurrences. In the case of parietal invasion, the surgery can be extremely dilapidating up to take the breast, the pectoral muscles, the chest wall and the parietal pleura [14] in estrogen receptor-negative breast desmoid tumors, this may be explained by apoptosis phenomena induced by transforming growth factor β1 [19] . Radiation therapy has been shown to improve local control of desmoid tumor when used in combination with surgery [3] .
Conclusion
Desmoid tumors of the breast are rare, infiltrating, and non-metastatic but have a high tendency to recur. The clinical expression is often nonspecific and mimics malignancy. Breast imagines are nonspecific and cannot distinguish between benign lesion and malignancy. Ultrasound scan and MRI are helpful for determining tumor extent and chest wall involvement. The treatment remains controversial because of the low incidence. Due to the high risk of recurrence, a wide local excision with clear margins is recommended. Adjuvant ant hormonal, chemotherapy and radiation therapy are controversial.
